exaggerated leg reflexes. Abdominal reflexes absent and plantar responses extensor. Ataxic reach. Contractures of elbows, hips, knees and ankles.
Investigations: EEG, severe generalized abnormality with prolonged discharges. Electroretinogram, cortical visual evoked responses, electromyelogram, nerve conduction studies, air encephalogram and carotid angiogram all normal. Extensive biochemical and metabolic studies (Wilson 1972) gave no evidence of toxic encephalopathy. Right frontal brain biopsy: mild nonspecific degenerative change with normal thin layer chromatography and histochemistry.
Progress: She was thought to have a cerebral degenerative disorder and was transferred to a long-stay hospital. Deterioration continued with weight loss, increasing immobility, being unable to turn in bed or sit up, and increasing contractures. Three months later she began feeding herself and using a wheelchair but was restricted by flexion contractures of her hips, knees and ankles. The ataxic and pyramidal signs receded and her IQ was 49 (verbal 63, performance under 44, Wechsler's Intelligence Scale for Children).
There was corresponding EEG improvement. The diagnosis of a cerebral degenerative disorder was changed to minor status epilepticus. A course of prednisone 40 mg daily was given and primidone continued. By 8k years she was walking alone again despite her contractures.
Comment
Minor epileptic status with pseudo-ataxia and pseudo-dementia associated with severe EEG abnormality has often been described (e.g. Brett 1966 ). This case is unusual in that the immobilization associated with the status resulted in contractures. Status must be differentiated from anticonvulsant intoxication in an ataxic obfuscated child. The myoclonic jerking is often easier felt than seen. Steroid therapy helped both children but prolonged status does seem to be associated with the development of dementia as in some of Brett's cases. In her younger brother, who was developing an identical illness with similar clinical and EEG features, steroids were used earlier. He has no mental impairment and did not develop contractures.
Although the clinical features have receded, the possibility of an underlying intrinsic degenerative disorder remains' Recurrent Pancreatitis A J Campbell MB (Westminster Children's Hospital, London SWIP 2NS)
Girl aged 41
The patient had suffered from intermittent bouts of severe central abdominal pain and vomiting since the age of 13 months. The attacks were of sudden onset, lasting 2-6 hours. They occurred every 5-6 weeks and she was well between attacks.
She was admitted in June 1969 following a recent attack. There were no abnormal physical signs and investigations (Hb, WBC, urea, electrolytes, urine and stool microscopy and culture, and IVP) were all normal. A barium meal was suggestive of an ulcer on the greater curve aspect of the duodenal cap. She was discharged on Nulacin tablets.
She was readmitted in January 1970 following a particularly severe episode during which she required Omnopon for relief of the pain. There was some epigastric tenderness with slight guarding. Investigations were again negative. A xylose absorption test was normal. A histamine stimulation test showed no excess acid. A repeat barium meal failed to demonstrate a duodenal ulcer.
Her attacks became less frequent but in October 1970, having vomited repeatedly, she was readmitted. She had epigastric tenderness but no guarding. The pain was seen to be relieved by sitting up and leaning forward, suggestive of acute pancreatitis; serum amylase was 987 somogyi units. An exploratory laparotomy was carried out.
Operative findings: Small, thickened, fibrotic gall-bladder. Cystic duct dilated. No palpable stones. Common bile duct dilated throughout its length. Two areas of thickening palpated in the head of the pancreas. Pyloric antrum and duodenum normal.
The common bile duct was opened and flushed out. Urethral dilators were passed into the duodenum to Size 11. The common bile duct was closed and drained. A postoperative tube cholangiogram showed the common bile duct to be grossly dilated and there was cystic dilatation of the left hepatic duct. After 5 mg morphine intramuscularly the gall-bladder and pancreatic system were opacified. The latter was of normal calibre. She was well postoperatively ( Typical erythema nodosum on a single occasion at 6 years 8 months: negative throat swab, antistreptolysin-O (ASO) and Mantoux tests. Recurrent sore throats in spite of almost continuous penicillin therapy until tonsillectomy at 9 years. Throat swab always negative, ASO raised on only a single occasion (600 units). No carditis.
Recurrent acute flitting polyarthritis from 44 years onwards affecting first left ankle, then frequently, mostly medium-sized joints and sometimes small joints with pain, swelling and redness. Invariable full recovery with either aspirin or no specific treatment. Biopsy of left elbow in January 1973 during an acute episode: nonspecific acute arthritis, not rheumatoid picture. The arthritis seems most severe during neurological illnesses.
